Wegener's granulomatosis usually causes sinusitis, necrotising lung granulomas, glomerulonephritis, and a widespread vasculitis that may affect any organ.' A limited form of the disease sparing the sinuses and kidneys has a better prognosis, though 20% of patients still die despite treatment with cyclophosphamide. 24 Proptosis caused by orbital pseudotumour, conjunctivitis, scleritis, keratitis, and optic nerve vasculitis are the most common ophthalmic manifestations, although anterior and posterior uveitis, retinal artery occlusion, and nasal lacrimal duct obstruction may also occur."8 Combined detachment of the choroid and retina has been described histologically, 9 Systemic cyclophosphamide alone or in combination with prednisone is the preferred treatment for Wegener's granulomatosis, although other cytotoxic agents are also effective.48 The dose needed to control the disease is often in* the range that suppresses the bone marrow,9 so that the patient must be carefully monitored when treated with these agents.
Our patient was unusual in that he had bilateral combined detachments and severe sclerouveitis that led to perforations of both globes. The inflammation was unresponsive to treatment with systemic penicillamine, indomethacin, and prednisone. The ophthalmic inflammation was the only evidence of limited Wegener's granulomatosis when the patient was first seen.
In severe progressive ophthalmic inflammation, markedly reducing the patient's vision and threatening him with blindness, which is unresponsive to other medication, we recommend a trial with cytotoxic agents such as cyclophosphamide before the disease becomes advanced and the eyes are lost.
